Ameloblastoma is categorized into four types; conventional solid (multicystic), unicystic, desmoplastic and peripheral varieties. Unicystic ameloblastoma (UA) may originate de novo as a neoplasm or from the epithelium lining of an odontogenic cyst. When UA arising from cystic epithelium reveals a plexiform pattern of epithelial proliferation without early ameloblastic changes, it is called as "plexiform unicystic ameloblastoma" (PUA). The purpose of this article is to report a case of PUA in 22-year-old male and to discuss its pathogenesis, clinical features and management. Also, an effort is made to review early literature on this entity.
INTRODUCTION
Ameloblastoma is a benign odontogenic tumor of epithelial origin which is the second most common tumor occurring in the oral cavity after odontome. [1] It is a neoplasm of enamel organ type of tissue that does not differentiate to the point of enamel formation. The term ameloblastoma was coined by Churchil in 1934. [1] According to the current World Health Organization (WHO) classification of odontogenic tumors, ameloblastomas are divided into 4 types: Solid/multicystic, extraosseous/periphereal, desmoplastic and unicystic. [2] Unicystic ameloblastoma (UA) shows significantly different biological behavior compared to the most common form i. e. conventional solid or multicystic ameloblastoma. After studying 20 patients with UA in 1977, Robinson and Martinez, [3] concluded that the UA is much less aggressive, shows lesser degree of invasiveness and occurs in young persons (10-29 years) as compared to conventional solid or multicystic ameloblastoma (average age of 37.5 years). UA has a histologically undifferentiated variant called as plexiform unicystic ameloblastoma (PUA), whose biological behavior is similar to UA. [4, 5] The purpose of this article is to report a case of PUA of mandible in a 22-year-old male.
CASE REPORT
A 22-year-old male reported with the chief complaint of gradually increasing swelling on the right-side of face since last 6-7 months. Past dental history revealed that the upper left first molar was extracted 2 years back. His medical and family history was noncontributory. He was under mental stress due to the swelling. Extra-oral examination revealed presence of a diffuse, firm, asymptomatic swelling over the right ramus area, which was approximately 5 × 4 cm in size. Superiorly, it was extending up to the tragus, inferiorly up to the lower border of mandible, anteriorly up to a point 2 cm lateral to the angle of the mouth and posteriorly up to the posterior border of the ramus [ Figure 1a , b]. Egg-shell crackling could be elicited over ramus region. Right submandibular lymph nodes were palpable, firm, tender and movable. Intraorally, a well-defined, firm swelling was seen extending posteriorly upwards from lower right first molar region. Right third molar was clinically missing and swelling was tender over that region due to the trauma from upper molars. There was expansion of the buccal cortical plate and loss of the buccal vestibular depth [ Figure 1c] . A provisional diagnosis of a dentigerous cyst in relation to impacted right third molar or a benign lesion like ameloblastoma was considered.
Radiographic evaluation included orthopantomograph (OPG) and computed tomography (CT) scan. OPG revealed a large, well-defined, corticated, unilocular radiolucency extending posteriorly and upward from the crown of impacted right third molar and occupying entire area of the ramus leaving a very thin bone at the periphery [ Figure 2a ]. CT scan showed a well-defined lytic expansile lesion involving the ramus and posterior portion of body of the mandible on the right side, which was associated with medially displaced impacted right third molar. Cortical thinning with areas of cortical break was noted. Also, heterogeneously enhancing soft tissue component was seen within the lesion [ Figure 2b , c, d]. Radiographic differential diagnosis included dentigerous cyst, unicystic ameloblastoma, keratocystic odontogenic tumor and ameloblastic fibroma. Routine hematological and biochemical investigations (full blood count, erythrocyte sedimentation rate, renal and liver function tests etc) were all within normal limits.
Fine needle aspiration cytology (FNAC) of the lesion showed cyst macrophages, few squamous cells, macrophages with pigments, and osteoclastic giant cells in a proteinaceous and myxoid background. Incisional biopsy report was suggestive of plexiform unicystic ameloblastoma. Patient was planned for surgical removal of the lesion under general anesthesia. Right segmental resection with disarticulation and reconstruction with stainless steel condylar prosthesis was carried out [ Figure 3 ]. Tissue was sent for histopathological examination, which revealed a pattern of plexiform unicystic ameloblastoma consisting of anastomosing network of odontogenic epithelium dispersed throughout delicate connective tissue stroma. Figure 4a and b]. Thus, the findings of incisional biopsy were confirmed. There were no postoperative complications and no recurrence was seen during the one-year follow-up period.
DISCUSSION
To explain the pathogenesis of unicystic ameloblastoma (UA), two theories have been put forward-First, UA originates de novo as a neoplasm and second, UA is the result of neoplastic transformation of non-neoplastic cyst epithelium. [6] In 1977, Robinson [3] showed that biological behavior of UA arising within the wall of an antecedent cystic lesion of the jaw is different from that of the conventional solid and multicystic ameloblastoma. Vickers and Gorlin [7] conducted a detailed study to find out the early ameloblastic changes that occur within the wall of an odontogenic cyst. According to them, to justify the diagnosis of ameloblastoma in a cyst of the jaw following three features should be present together: (1) Hyperchromatism of the basal cell nuclei But in the past a plexiform pattern of epithelial proliferation was observed in many dentigerous cysts, which did not exhibit Vickers and Gorlin's histologic criteria for ameloblastoma. There was disagreement among pathologists about the lesion as some diagnosed it as ameloblastoma, while others considered it as epithelial hyperplasia. [8] Hence, to determine whether this plexiform pattern should be considered ameloblastoma or not, Gardner [8] in 1981 studied histologic sections of 19 cystic lesions of the jaws exhibiting this plexiform pattern of epithelial proliferation. In 9 out of 19 cases, this pattern was associated with histologically characteristic ameloblastoma. Out of these 9 cases, in 2 cases, the area of ameloblastoma was significant, in 5 cases it was only a small focus and in 2 cases the epithelial proliferation and ameloblastoma merged. Based on the results of this study, Gardner concluded that this pattern is a form of ameloblastoma. Also, he thought that Vickers and Gorlin's criteria are valuable to identify early ameloblastoma, but are too rigid for the diagnosis of this plexiform pattern of ameloblastoma in dentigerous cysts. He proposed the term "plexiform unicystic ameloblastoma" (PUA) for this lesion to distinguish it from plexiform variety of conventional solid or multicystic ameloblastoma. [8] Like UA, PUA may or may not be associated with an unerupted tooth. When it develops in relation to crown of an unerupted tooth, it mimics dentigerous cyst clinically and radiographically. This type of PUA was referred to as "dentigerous" by Gardner and the term "nondentigerous" was used for the lesion not associated with an unerupted tooth. [5] In the present case, lesion was of "dentigerous" type. The average age for dentigerous type is 19.4 years and for non-dentigerous type is 47 years. [3] In the present case, patient was 22 years old. Dentigerous type of PUA is seen commonly with an unerupted mandibular third molar as in our case. The ratio of mandibular to maxillary UA has been reported to be 13:1. [9, 10] PUA occurs more commonly in males as in our case compared to females, with male to female ratio ranging from 1.7:1 [8] to 2:1.
[5]
Most common radiographic presentation of PUA is an unilocular radiolucency, which is seen pericoronally [3, 11] as in the present case, but it may also occur in inter-radicular, periapical, or edentulous region. [3, 10] In case of recurrence, the lesion may appear as a multilocular radiolucency. [11] Dentigerous cyst, odontogenic keratocyst, residual cyst, adenomatoid odontogenic tumor should be considered in the differential diagnosis for PUA. [10] The biologic behavior of the PUA is thought to be similar to that of UA with a recurrence rate 10.7%, [5] which is much favorable compared to 55%-90% recurrence rate quoted for conventional solid or multicystic ameloblastomas treated by enucleation/curettage. In our case, no recurrence was seen during one-year follow-up.
Various treatment modalities for PUA have been used such as enucleation, [5] enucleation followed by application of Carnoy's solution, [10] marsupialization followed by surgery, and segmental resection. [11] The recurrence rate after enucleation alone is highest (30.5%) while resection of PUA results in the lowest recurrence rate (3.6%). [12] In our case, segmental resection was carried out because of the extensive size of the lesion.
CONCLUSION
A case of plexiform unicystic ameloblastoma not fulfilling Vickers and Gorlins criteria for early ameloblastic changes is reported in a 22-year-old male. 
